Dear Editor,

Unilateral limb atrophy can be an unusual clinical presentation of localized scleroderma in children.\[[@ref1][@ref2][@ref3]\] We report a case with slowly progressive atrophy of the upper limb with normal neurological findings.

Case History {#sec1-2}
============

A 12-year-old boy presented with 4 months history of progressive atrophy of the arm with a paucity of hair in the left upper limb. He also reported fixed flexion deformity of the left little finger leading to inability to extend the finger. There was no muscular or bony pain, muscle fasciculations, skin pigmentation, distal tapering of fingers, or nail changes. For the last 2 months, he had difficulty in picking up heavy objects and had an abducted and pronated posture of the left upper arm. There was mild swelling on dorsal aspect of left wrist. There was no history of trauma, joint pain, joint swelling, ulceration, sensory abnormalities, autonomic disturbances, or any evidence of sclerosis. There was no restriction of movement in the joints. His gait was normal. In addition, family history was noncontributory.

On physical examination, there was an obvious muscle wasting of the entire left upper limb \[Figure [1a](#F1){ref-type="fig"} and [b](#F1){ref-type="fig"}\] and restriction of movement at the wrist and elbow joints. The left little finger was deformed \[[Figure 1c](#F1){ref-type="fig"}\]. Radiograph of left hand showed periosteal reaction with trabeculations over the distal end of proximal phalanx of the little finger \[[Figure 1d](#F1){ref-type="fig"}\]. There was weakness of small muscles of the hand without signs of upper or lower motor neuron involvement. Hair density in left forearm was noted to be less as compared to the right side \[[Figure 1b](#F1){ref-type="fig"}\]. There were no nail changes \[[Figure 1c](#F1){ref-type="fig"}\]. The neurological examination was unremarkable.

![Photographs of (a) both forearms and hands (atrophied left forearm); (b) forearms showing marked atrophy and paucity of hairs on the left side; (c) deformed left little finger; (d) radiograph of left hand showing periosteal reaction with trabeculations over the distal end of proximal phalanx](IDOJ-11-451-g001){#F1}

Hemogram revealed hemoglobin 110 g/L, total leucocytes 6.3 × 10^9^/L (N~50~L~32~M~12~E~6~), platelets 343 × 10^9^/L and erythrocyte sedimentation rate 10 mm in the first hour. Electrolytes, renal and liver function tests, muscle enzymes, and lipid profile were normal. Inflammatory markers were not elevated. The nerve conduction velocity test showed normal results. Nail-fold capillaroscopy showed normal findings.

Serum immunoglobulin (Ig) and IgG subclass levels were normal. Antinuclear antibodies, antidouble stranded-deoxyribonucleic acid antibodies, and immunoblot tests were negative.

A chest X-ray did not reveal any evidence of the cervical rib. Computed tomography angiography (CTA) of the upper limb was normal. The X-ray of forearm and wrist revealed periosteal reaction with trabeculations seen all over the distal end of the proximal phalanx and proximal end of the middle phalanx. Ultrasound examination of left limb was normal. Magnetic resonance imaging (MRI) of the forearm, neck, brachial plexus, and pectoral girdle was normal. MRI of the hand showed periosteal reaction and trabeculations over distal end of proximal phalanx of the little finger on the left side.

The case was discussed with international scleroderma experts (through personal email communications). A clinical possibility of deep morphea was thought of due to significant difference in the circumference and bulk of the left limb without any neurological deficit. The paucity of the hairs further strengthened the proposition. However, there were no obvious skin changes. A possibility of progressive monomelic hemiatrophy as a pointer of evolving linear scleroderma was considered wherein skin changes of scleroderma could occur at a later stage.\[[@ref4]\] Kobayashi *et al*. had described one child with solitary morphea profunda in a young girl.\[[@ref5]\] Bockle *et al*. reported a similar case of unilateral atrophy in a patient with localized scleroderma.\[[@ref3]\] During early phase of illness, deep morphea may remain asymptomatic without involving internal organs.\[[@ref4][@ref6]\] Sometimes, these patients present with isolated facial or limb hemiatrophy. Blaszczyk *et al*. reported few such cases with primary atrophic profound linear scleroderma.\[[@ref6]\] Our patient had no signs of sclerosis. Deep morphea may not be accompanied by preceding signs of inflammation, sclerosis, or discoloration during early phase.\[[@ref4]\] A deep subcutaneous biopsy has been planned during the follow up. This case is highlighted to ignite a discussion whether such subtle atrophic manifestation is the forme fruste of localized scleroderma.
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